SUMMARY The clinical and pathological -features in a patient with quadriceps myopathy are presented. The pattern of progression of the disorder, during a period of 18 years observation, suggests that it represents an unusual and perhaps specific syndrome within the clinical spectrum of the limb-girdle muscular dystrophies.
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Hereditary myopathy restricted to the quadriceps muscles was first described by Bramwell in 1922.' There have been several subsequent reports 2-6 and Erb described a similar case in 1891.7 In several reports it has been suggested, on the basis of similar cases, that these patients suffered from chronic polymyositis5 8, or chronic spinal muscular atrophy,9-"1 rather than muscular dystrophy. Only in the two brothers reported by Van 
